A 16 years old patient presented at Department of Dermatology & Venereology, All India Institute of Medical Science, New Delhi, India, in December 2010 with persistent painful erosions of buccal mucosa and tongue, haemorrhagic crusting of lips and vesiculo-bullous skin lesions ([Fig. 1](#F1){ref-type="fig"}). The proximal nail folds showed swelling, purulent discharge and lichenoid skin lesions ([Fig. 2](#F2){ref-type="fig"}). On Tzanck smear multiple acantholytic cells were seen and histopathology was consistent with pemphigus vulgaris ([Fig. 3](#F3){ref-type="fig"}). Desmoglein (DSG) 1/3 ratio was 18.4/180 µg/ml. A mediastinal mass was incidentally found on chest X-ray, which on contrast enhanced computed tomography appeared as heterogenous contrast enhancing lesion of 12 × 9 cm size in anterior mediastinum ([Fig. 4](#F4){ref-type="fig"}). On angiogram, the lesion was highly vascular with its supply from infra thoraco-cervical trunk and aortic arch. Therapeutic embolization was performed and after six weeks and the patient was taken up for surgical excision of the residual lesion which ultimately turned out to be Castleman\'s disease. The disease showed remission with minimal immunosuppressive therapy within four months of excision of mass and no recurrence was noted on follow up for two years without treatment ([Fig. 5](#F5){ref-type="fig"}). An underlying Castleman\'s disease (a rare lymphoproliferative disorder) should be looked for in cases of pemphigus with atypical features, as it is easily treatable and the treatment can bring about regression of cutaneous symptoms.

![Erosions involving the lateral and anterior aspects of the tongue, and the lips, with severe haemorrhagic crusting.](IJMR-142-227-g001){#F1}

![Swelling and purulent discharge from the proximal nail folds.](IJMR-142-227-g002){#F2}

![Histopathology showed suprabasal cleft (arrow) with multiple acantholytic cells and a few eosinophils. (Haematoxylin & Eosine 10X).](IJMR-142-227-g003){#F3}

![Contrast enhanced CT chest revealed a 12×9cm large highly vascular tumour with its attachments to anterior chest wall (arrow).](IJMR-142-227-g004){#F4}

![Patient in remission, off steroids and other immunosuppresants treatment since two years.](IJMR-142-227-g005){#F5}

The authors acknowledge the help received from Drs Divya Sheshadri, V. Devagourou, Vikas Keshri, Departments of Dermatology & Venereology, Cardio-thoracic & Vascular Surgery, and Pathology, AIIMS, New Delhi.
